Aim: We report a case of acute and severe sensorimotor peripheral polyneuropathy (with a severe motor damage) revealing a lupus. Case Presentation: A 48-year-old female patient was interned in rheumatology for a chronic polyarthritis. Four days after her hospitalisation, she was presenting a flask distal and proximal tetraparesia, with rapidly progressive installation. Electromyogram showed severe acute axonal sensorimotor polyneuropathy. The antinuclear antibody was positive as the anti-ds-DNA antibodies. The evolution has been unsatisfactory despite the high-dose corticotherapy and the immunosuppressor. Conclusion: Even if it is rare, peripheral neuropathy can be a lupus discovery circumstance.
Introduction
Polyneuropathies are defined as a diffuse damage of the peripheral nervous system (PNS), as opposed to unique or multiple neuropathies, characterised by one or many nervous trunks attack(s); or as opposed to polyradiculoneuropathies suggesting an extension of the nervous damages on roots [1] .
Systemic lupus erythematosus is a systemic disease, characterised by a multivisceral attack of variable gravity. It occurs preferentially on young woman [2] .
The neurological complications are classically considered as the most serious in SLE. They are of variable frequency (40% to 75% of cases) [2] . Central damages are most frequent and are dominated by psychiatric troubles and convulsive crisis [2] [3] .
Peripheral nervous system damage is rarer and noticed in 2% -30% of cases [2] - [4] . It is rarely revealing the disease [5] .
We report a case of severe acute axonal sensorimotor polyneuropathy of the four members revealing a lupus on a 48-year-old female patient. The evolution has been unsatisfactory despite the high-dose corticotherapy and the immunosuppressor.
Observation
A 48 years old female patient, interned in the ward for a bilateral polyarthritis, symmetric, touching the bends, hands, wrists, knees, and ankles, with a notion of morning steepness, evolved in a low-grade fever context, with a general body state alteration. This polyarthritis evolved by pushes since one year in a chronic anaemia context. She had a past medical history of pulmonary tuberculosis, a notion of spontaneous abortion.
At the physical exam, the number of painful articulations was 10, there was no join inflation. There were no cutaneous and mucosal signs (facial erythema, alopecia, oral ulcerations), besides, no visceral damage was noticed. The rest of the exam was without particularity.
Four days after her hospitalisation, the clinical presentation was suddenly deteriorated, the patient was presenting a flask distal and proximal tetraparesia, with rapidly progressive installation; firstly the inferiors members(LSM: 2/5; RSM: 3/5) with paraesthesia's in boot as itch, followed two days after by a superior members damage (IM: 2/5) also with paraesthesia's in gloves. The damage was most marked in distal. It was no respiratory tract damage, no gulp trouble, or cranial nerves damage. Bone and tendinous reflexes were abolished. The cutaneous-plantar reflex was absent. We noticed distal oedemas on the four members. A massive amyotrophy of rapid onset was associated.
Laboratory investigations revealed: an important inflammatory syndrome (ESR 110 mm/Ist hr, CRP normal at 8 mg/l). At the hemogram, we had a hypochromic anaemia at 9.7 g/dl. Hepatic balance and glycaemia were normal. Urea at 0.42 g/l; creatininemia at 6.9 mg/l. Muscular enzymes were normal. Viral hepatitis markers were negatives, as the retroviral serology.
The antinuclear antibody were positive (1/1280, speckled aspect) as the anti ds-DNA antibodies (72 UI/ml) and anti-ENA (Anti-Sm = 481 UI/ml, Anti-SSA = 241 UI/ml, Anti-SSB = 16 UI/ml, Anti-URNP = 241 UI/ml).
Anti-CCP were negative as rheumatoid factors. In urine, the 24 hrs urinary protein was positive (2.60 g/24H). Electromyogram showed severe acute axonal sensorimotor polyneuropathy of the four members: with a motor amplitude collapse, the preservation of the speed of conduction and an absence of conduction's blocs. The Doppler echography, and the pulmonary radiography were normal. The hands, wrists, and ankles radiographies did not objective erosions or joins destructions. The lupus diagnosis with neurologic complications (axonal PPN of members) and kidneys complications has been established. The therapy was constituted by bolus of (240 mg) methylprednisolone, at the first days, associated by cyclophosphamide cures (Endoxan). The corticoid switch per os was 1 mg/kg/day. Endoxan was introduced at 600 mg/m 2 in bolus, one time monthly. A functional reeducation has been concomitantly prescribed.
The evolution was not spectacular despite this treatment, it is important to notice that Endoxan cures just start one month after the diagnosis, and also have not been regular because of financial difficulties of the patient (no health insurance).
The 9th month of treatment, functionally, the evolution was unsatisfactory, she received just 4 Endoxan cures, the corticotherapy was maintained until this day at 1mg/kg, there was no diabetes inducted by corticosteroids. The reeducation has not been well followed, we can continue to note the deficit of the 4 members and the amyotrophy (the patient can stand up with help, the walking is not possible, the left hand is falling).
Discussion
The particularity of this observation is the inaugural character of PPN revealing the SLE (besides the join damages) and the motor damage severity. Indeed, in most of cases, polyneuropathy arises during a lupus evolution, in general rule, many years after the diagnosis [3] . It can sometimes arise during a clinical or biological lupic push. Rarely, it can be isolated and revealing [5] [6] . Neuropathy was revealing of lupus in our patient.
Rafai [3] reported a case of a 48 years old woman presenting a sensorimotor polyneuropathy with severe motor involvement complicating lupus associated with antiphospholipids antibodies. Outcome was good after cyc-lophosphamid pulse.
PPN can be associated to a central damage [3] , it can also product itself with an absence of central neurological manifestations [6] - [8] ; that was the case in our female patient, she did not have CNS signs.
The peripheral damages of lupus are generally axonal symmetric polyneuropathies; multiple mononeuropathies, or cranial nerves damages; exceptionally demyelinating polyneuropathy or polyradiculoneuritis like Guillain-Barre [5] [9]- [12] .
A lot of mechanisms have been cited to explain the peripheral damage during lupus. The most important is an ischemic vascular mechanism, by vas a nervorum vascularitis or by micro thrombi linked to antiphospholipids antibodies [2] [4] [6] .
The other proper mechanisms are: immunologic cause by a direct aggression by antibodies, entraining a destruction of the peripheral nerve component [6] ; or at the end a metabolic disorder [5] [6] [8] . On our patient, EMG made it possible to the diagnosis of severe axonal peripheral neuropathy. Electrophysiology is essential in the diagnosis, it permit to confirm a damage of the PNS, precise the type and the physiopathological mechanism [1] . The electroneuromyographic exam (ENMG) will permit to order the neuropathy in function of the causal mechanism: axonopathies, myelinopathies or neuronopathies [1] . For our patient, the damage was acute sensorimotor. Cases of pure sensitive neuropathy have been described in lupus [13] - [15] .
In absence of controlled studies, the neurolupus therapeutic aspects are widely based on team experiences [2] - [4] .
High doses corticosteroids are part of the treatment, associated or not to immunoglobulins, immunosuppressors, to plasmatic exchanges, mostly in severe forms [2] - [4] .
The evolution of these neuropathies is unpredictable, going to a response to the treatment [5] at a bad therapeutic response [8] . Relapses are possible. In our case, the evolution has not been spectacular despite the association of corticoids and immunosuppressors.
Conclusion
Even if it is rare, peripheral neuropathy can be a lupus discovery circumstance. We must have it in mind, in front of all members' deficit of young woman associated to polyarthralgias and to an important inflammatory syndrome.
